bone pain developed The radiographs showed cortical thickening and perlosteal new bone formation along the diaphyses of the long bones. Bone scintigraphy rema~ned negative MRI showed no signs of residual leukemic infillration. Both children were In remiss~on at the time of detection of the bone lesions, and dld not have any signs of chronic infection. Approximately three months later however -although the bone pain disappeared -the child with ANLL developed a myelodysplastic syndrome (MDS) and the patient with ALL a partial relapse with 12 blasts in the bone marrow The occurrence of HOA in children wlth leukernla. both ANLL and ALL should instigate repeated bone marrow investigation since it might herald MDS or relapse "PRIMARY CUTANEOUS MALIGNANT B-Cell NHL IN A INFANT" Luigi Nespoli, Yarco M n t a l b e t t i , Maddalena Marinoni, W z i a Bonato. Cutaneous malignant Lymphoma i n infancy is r a r e . The m a j o r i t y of t h e s e tumors p r e s e n t n o d -nonT c e l l phenothype. Recently. we encount e r e d a n i n f a n t w i t h cutaneous malignant Lymph-, which was a B-cell tumor i n o r i g i n . The p a t i e n t was a 23 month o l d female and s h e came to o u r C l i n i c o n J u l y . 1992. Seven months p r e v i o u s l y , h e r mother not i c e d a tumor o n t h e back which was c o n s i d e r e d a sebaceous c y s t and then a n -i-.
Her g e n e r a l c o n d i t i o n s was good. S i n c e t h e l e s i o n i n c r e a s e d , t h e baby g o t i n t o H o s p i t a l . (X1 p h y s i c a l examination a v i o l e t , dwe-shaped, i n d o l e n t and movable n o d u l a r cutaneous tumor was confined to a circumscribed a r e a of t h e s k i n , in l e f t subscapolar r e g i o n . a b o u t 3x2 cm i n s i z e . Systemic lymphadenopathy and s p l enomegaly w e r e n o t p r e s e n t . The tumor was r a d i c a l l y removed and t h e h i s t o l o g i c a l d i a g n o s i s was: High g r a d e non Hodgkin. d i f f u s e lymphoma, non B u r k i t t , w i t h s m a l l non c l i v e d c e l l s , a c c o r d i n g to Working Formulation. The n e o p l a s t i c i n f i l t r a t e r e a c t w i t h CD 45R. CD 45RA. CD 20. CD43 and f a i l e d to r e a c t w i t h CD30, CD 45RO, confirming t h e B c e l l phenotype. Bone marrow a s p i r a t e r e v e a l e d no evidecence o f involvement by tumor c e l l s . A f t e r s t a g i n g i n v e s t i g a t i o n s . f o l l o w i n g Murphy's c r i t e r i s . t h e p a t i e n t was t r e a t e d w i t h ho b l o c k s o f t h e r a -PY. a c c o r d i n g to AIEOP Non Hodgkin Lymphoma 92 P r o t o c o l (DEXA )FIXm. IFO. VP16 .ARA-C + DEXA. CPM. MTX -YD, ADR) . A f t e r 1 9 mon&. t h e r e is no evidence of l o c a l r e c u r r e n c e o r dissemination.
Francesco S c h e t t i n i . Rosa Penza, Paola Giordano. Giovanni C. Del Vecchio, G a b r i e l l a Aceto. Maria Altomare, Domenico De M a t t i a . DETERMINATION OF von WILLEBRAND FACTOR AND FACTOR XI11 I N CHILDREN WITH SCHONLEIN HENOCH SYNDROME. Dipartimento d i Biomedicina d e l l ' E t 5 E v o l u t i v a -U n i v e r s i t y o f B a r i -I t a l y .
I n 1 6 c h i l d r e n (7 M and 9 F, aged between 4 and 11 y e a r s ) w i t h Schonlein Henoch Syndrome (SHS) a t t h e o n s e t , we have s t u d i e d t h e l e v e l s o f von Willebrand F a c t o r Antigen (vWf:Ag) and F a c t o r X I I I a c t i v i t y ( F X I I I ) i n r e l a t i o n t o t h e s e v e r i t y o f c l i n i c a l symptoms and t h e immunological parameters: IgA, C3, C4 and c i r c u l a t i n g i m u n e complex (CIC).Arthral, abdominal and r e n a l symptoms ( e x c e p t purpura) were s c o r e d from 0 t o 3 and t h e i r mean v a l u e s r e s u l t e d r e s p e c t i v e l y 1 + 0.82; 1 , 1 3 ?; 0.96; 1,38 2 1 . 2 6 ( t o t a l : 3 . 5 + 1.59). The vWf:Ag r e s u l t e d i n c r e a s e d i n 7 p a t i e n t s . t h e F X I I I r e s u l t e d decreased i n 6. I n a l l c h i l d r e n we found h i g h l e v e l s of IgA, while t h e C3 and C4 l e v e l s were normal.The CIC were e l e v a t e d i n 11.The t o t a l c l i n i c a l s c o r e was p o s i t i v e l y c o r r e l a t e d w i t h vWf:Ag. IgA and CIC (p.cO.05). The abdominal s c o r e was p o s i t i v e l y c o r r e l a t e d w i t h vWf:Ag ( p < 0 . 0 5 ) ; while t h e r e n a l one with vWf:Ag ( p c 0 . 0 5 ) and CIC ( p c 0 . 0 0 1 ) . L a s t l y vWf was c o r r e l a t e d with IgA and CIC (~0 . 0 5 ) and a s i n o t h e r systemic v a s c u l i t e s its l e v e l was i n c r e a s e d i n t h e a c u t e phase of SHS probably i n r e f e r e n c e t o immunomediated e n d o t h e l i a l c e l l damage. I n conclusion v W l e v e l s a r e a good marker o f SHS s e v e r i t y . 
I n s t it u t e o f l a e d i n c r i c s , l~l o s c o w , R u s s i a Vi e h a v e d e f i a e d T l y m p h o c y t e ( l p h ) m e m b r a n e r e c e p t o r s ( R c ) a n d g l u c o c o r t i c o i d r e c e p t o r s (GR) i n p e r i p h e r a l b l o o d o f 40 n e o n a t e s w i t h 31-36 w e e k s g e s t a t i o n a l age (GA) 2 n d i n c o r d b l o o d o f 42 term i n f a n t s , u s i c g monoc l o n a l a n t i b o a i e s ( O r t h o D i a g n o s t i c Systeos, USA), L i p pman-aarr t e c h n i q u e i n c o r p o r a t e d . T h e r e s u l t s of o u r s t u -
d i e s a r e p r e s e n t e d i n t h e t a b l e . 
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I C F SYNDROME C o n y Weemaes', Dominique Smeets2, Jan Bakkerenl, Ineke v. During immunoglobulin substitution he did not suffer from infection but he ceased growing, probably due to malabsorption. Untill now, 15 patients with ICF syndrome are recognized. All but one had faci anomalies All had immunodeficiency varying from IgA deficiency to S C l D 1 review o f these patients will be given.
